While the clinical criteria of primary degenerative dementia are widely used, follow-up studies with neuropathological examinations are rare'" and often retrospective. '6 17 We now present data on 27 deceased patients of a prospective series of 71 patients with primary degenerative dementia, examining the accuracy of clinical diagnosis especially in relation to Alzheimer's disease. We intoxication or cerebrovascular disease known to have produced cerebral infarction. These criteria were not originally based on neuropathological studies but they were successfully used by us to select patients with primary degenerative dementia since all the patients fulfilling the clinical criteria were found to have neuropathological changes of degenerative encephalopathy at necropsy. The case of Parkinson's disease is thus also included although dementia is not a consistent feature in that disease. 4 Eighty-two per cent of the deceased, clinically diagosed primary degenerative dementia patients had Alzheimer's disease, a figure higher than in some earlier studies where it has varied from 43% to 77%1517 and where the majority of the other patients were found to have vascular lesions. Because no cases of multi-infarct dementia were found in the present series the clinical criteria seemed to be able to differentiate primary degenerative dementia reliably from multi-infarct dementia, at least in a series of inpatients with moderate to severe dementia. On the other hand, this differentiation may be more difficult in early cases with mild, non-specific symptoms and signs. In fact, of mildly demented patients 57% to 68% show no signs of further deterioration.16 2S Vascular cases are not expected to accumulate among the living demented patients of the series since the duration of multi-infarct dementia is shorter than that of primary degenerative dementia.26 While Hachinski's Ischemic Score is known to differentiate patients with multi-infarct dementia from those with degenerative dementia21 the same result can be achieved by starting from the criteria for primary degenerative dementia, as shown in our study.
One-fifth of the patients with Alzheimer's disease were familial, a finding in accordance with earlier observations.' In contrast, four out of five nonAlzheimer's disease patients had similarly affected sibs. It is well-known that familial cases are found in almost all dementing illnesses including, for example, Creutzfeldt-Jakob disease,29 so-called progressive subcortical gliosis,n Parkinson's disease, 3' and multi-infarct dementia.32 There are also cases of familial dementia with non-specific neuropathological findings. Alzheimer's disease is also a "malignant" disease which drastically diminishes the patient's life expectancy39 it should always be mentioned in the death certificates of these patients. 
